cell carcinoma (ACC) of the pancreas is a rare malignancy making up approximately 1% of pancreatic non-endocrine malignant tumors. The common finding on computed tomography is a solitary, well-defined, heterogenous hypodense mass with enhancing capsule. ACC is a highly cellular tumor with minimal stroma and a lack of stromal desmoplasia. The accurate diagnosis of ACC cannot typically be done by histology alone but rather requires immunohistochemical staining or electron microscopy for the identification of pancreatic enzymes and zymogen granules. ACC has been considered a cancer with a poor prognosis due to frequent metastasis, a high recurrence rate, and low respectability. Surgical resection is the treatment of choice that can lead to long-term survival. ACC has a better prognosis than ductal carcinoma of the pancreas, but a worse prognosis compared to islet cell carcinoma. We report two cases of ACC with 5-year survival after surgical resection. 
INTRODUCTION
Acinar cell carcinoma (ACC) of the pancreas is a rare, malignant tumor with a poorly defined natural history.
The pancreas is composed predominantly of acinar cells (82%), followed by islet cells (14%) and ductal cells (4%).
However, ACC accounts for less than 1% of all pancreatic malignancies, as compared to pancreatic adenocarcinoma which represents 75%.(1) ACC, first described in 1908 by Berner, recapitulates the growth pattern and secretory products of normal pancreatic acini, often producing digestive enzymes such as trypsin, chymotrypsin, lipase, and amylase. (2) According to the literature, this tumor of exocrine pancreas has only been studied in the literature through small retrospective case series. Given its low incidence, characterizing and analyzing the natural history of ACC and the appropriate therapeutic approach remains difficult and unclear with current guidelines based on a limited number of cases. (3) Recently, large group studies in Japan (n=115) and the USA (n=865) have been reported. (4, 5) However, because of the low incidence and poor prognosis of ACC, there have been a few reports on the long-term survival more than 5 years after surgical resection.
We report on two female patients of ACC who were treated at a single center. We describe the clinical, diagnostic, and pathologic features of these tumors with long-term (more than 5 years) follow-up and a review the literature.
CASE REPORT
The patient's clinical and pathologic data are presented in Table 1 . Currently, the metastatic lesions of the liver are growing in size despite chemotherapy (Fig. 1D ), but her general condition is fair at present.
2) Case 2
A 48-year-old woman was admitted in November 2003 with chest tightness. The patient had a past medical history of chronic hepatitis B and diabetes mellitus for 5 years.
Upon physical examination, there was no tenderness in abdomen. In routine laboratory tests, serum amylase and lipase showed a mild increases: 120 U/L (normal＜100) and 100 U/L (normal＜60), respectively. Alpha-fetoprotein 
DISCUSSION
The clinical features and prognosis of ACC are summarized in Table 2 .(1,3-9) Both of our patients were female, but previous reports including Klimstra et al. (1) and Holen et al. (7) suggested that ACC is more common in men. These findings were confirmed by large-scale studies in Japan(4) and the USA(5). It remains to be seen if gender is a major risk factor for ACC. Some studies involving more than 20 patients reported a median age of 57∼67. (1,3,7 ) ACC of the pancreas had a more lower median age than ductal cell carcinoma. In particular, the median age of Japanese ACC was lower than that of Completely surgical resection is the best first-line treatment for ACC, if it is possible. As shown in Table   2 , Holen et al. (7) The two patients described in our cases were admitted with pancreatitis and diabetes mellitus-associated symptoms, respectively. The masses on the pancreas were detected incidentally by abdominal imaging which was performed upon admission. We concluded that the early detection of small ACC lesions led to a relatively good prognosis.
Surgical resection for ACC should be actively performed in order to improve the chances for long-term survival.
Further characterization of these tumors in terms of their etiology, clinical and histopathological manifestations, therapeutic approach, and prognosis will help distinguish them from more common malignancies of the pancreas, such as adenocarcinoma and endocrine tumors.
